Clinical experience of intracranial chordoma - A systematic review and meta-analysis of the literature.
Chordomas are rare neoplasms of the axial skeleton, with a predilection for the clival region. The lack of data about intracranial chordomas has led to inconsistent reporting of their clinical behavior and management principles. We performed a systematic review and meta-analysis with the aim of reporting on clinical behavior and management in the literature. We performed an electronic search of the MEDLINE, EMBASE, LILACS, Web of Science, Cochrane, and CINAHL databases. We included studies of patients with intracranial chordoma that had undergone surgical management with 5-year data available. The weighted mean estimate of 5-year OS was 77.4% (95% CI, 72.9-81.7%) whilst the 5-year PFS estimate was 49.4% (95% CI, 41.6-57.3%). A wide variety of surgical approaches were utilised, with transcranial approaches being the commonest. Surgeons achieved gross total resection in 29.4% of cases (95% CI, 17.6-43.0%), Sub-total resection in 60.9% of cases (95% CI, 40.2-79.8%) and partial resection in 19.7% (95% CI; 11.9 to 28.9%). The total complication rate was 28.5% (95% CI, 18.4-39.8%), with the commonest being new cranial nerve palsy (weighted mean 11.1%, 95% CI, 7.11-15.7%). Our review demonstrates that a wide range of management options exist in the literature. These should be tailored to each patient based on factors including tumoral location, local involvement and capabilities of the surgical team. The outcomes of chordoma management have largely been stable with no improvement despite improvements in modern surgical techniques.